Congenital universal alopecia, mental deficiency, and microcephaly in two sibs SUMMARY A brother and sister are reported who had congenital universal atrichosis, microcephaly, and mental retardation. Similar observations representing a rare nosological group are Received for publication 22 February 1982 Case reports summarised. Heterogeneity is suggested. The pathogenesis of the individual syndromes is unknown.
This observation fits into a nosological group the first example of which seems to have been recognised by Moynahan in 1962.1 Its main feature, general alopecia (atrichosis), mainly congenital, is associated with various non-progressive neurological and sensory disorders. Several relevant cases reported so far show intrafamilial similarity but interfamilial variation and suggest heterogeneity. Therefore, the summary in the table of observations published by Richieri-Costa and Frota-Pessoa2 may be far from being final.
Case report
The patients, a brother and sister, were born in 1964 and 1965 to normal unrelated parents. A younger brother was unaffected. Birthweight was 2550 g and 2900 g, respectively, and length was 48 cm. Motor and particularly mental and speech development have been severely retarded. Heights at the ages of 7 and 6 and again at 15 and 14 years were on the 3rd centile, and head circumferences (46 cm) were below the 2.5th centile. Bone age was within the normal range and puberty was delayed. At the age of 16, the girl was still premenarchal. Single scalp hairs were present at birth in the male but soon fell out, as in the female who was born with 'normal looking' hair. Scalp and body hair never reappeared. Eyebrows and lashes were extremely scanty, and there was virtually no pubic or axillary hair (figure).
Microscopical examination of single hairs showed no specific abnormalities. Histological studies were not permitted. It is noteworthy that neither child has ever been seriously ill and that no seizures have been observed. An EEG was performed in the female and found to be normal; however, she suffers from a VSD. Aminoaciduria was normal. No particular dysmorphic signs were noted in either sib 
